Arroyave's method f o r t h e d e t e c t i o n of C3c and C3d by counter. immunoelectrophoresis ( J . Immunol. Methods, 13:101, 1976) 
h a s been used t o s t u d y plasma from c h i l d r e n w i t h v a r i o u s rheumatic
d i s e a s e s over a period of 1 8 mos. Eleven of 11 c h i l d r e n w i t h a c t i v e SLE had (+) t e s t s . Plasma from 2 of 5 c h i l d r e n w i t h c l i n i c a l l y i n a c t i v e SLE were (+). V a r i a t i o n s w i t h time confirmed ~r r o y a v e ' s f i n d i n g t h a t (+) t e s t s a r e s e n s i t i v e i n d i c a t o r s of d i s e a s e a c t i v i t y i n SLE. Plasma from 1 c h i l d w i t h MCTD was t r a n s i e n t l y (+). C o n s i s t e n t l y (-) t e s t s were found i n 7 c h i ld r e n w i t h dermatomyositis and 2 wich scleroderma. On 1 o c c a s i o n 1 of 5 c h i l d r e n w i t h ankylosing s p o n d y l i t i s had a (+) t e s t . T h i r t y of 74 c h i l d r e n w i t h JRA were (+) on one o r more o c c a s i o n s By mode of o n s e t t h e s e were: 6 of 1 4 systemic, 13 of 27 polya r t i c u l a r and 11 of 33 p a u c i a r t i c u l a r .
S i x of 8 l a t e x f i x a t i o n (+) p a t i e n t s had (+) t e s t s f o r C3c and C3d, but only 9 of 24 ANA (+) p a t i e n t s had (+) t e s t s . C o r r e l a t i o n s w i t h s e d i m e n t a t i o n r a t e s o r o t h e r measures of d i s e a s e a c t i v i t y were n o t c l e a r . One t r a u m a t i c knee e f f u s i o n and s y n o v i a l f l u i d from 2 c h i l d r e n w i t h p a u c i a r t i c u l a r , p l a s m a (-) JRA had (-) t e s t s f o r C3c and C3d. I mechanisms. The c h a r a c t e r i z a t i o n o f t h e s e mechanisms has been I movement a r e heteroge;leous a n d ' i n v o l v e a number of ; e p a r a E .
l i m i t e d by a v a i l a b l e r e s e a r c h techniques. We r e c e n t l y d e s c r i b e d t h e a p p l i c a t i o n of c e l l e l a s t i m e t r y t o t h e s t u d y o f normal PMN m o t i l i t y . The a s s a y , which measures amounts of n e g a t i v e p r e s s u r e r e q u i r e d t o a s p i r a t e i n d i v i d u a l PMNS i n t o m i c r o p i p e t t e s p r o v i d e s a n e s t i m a t e of d e f o r m a b i l i t v of t h e PMN. I n normal PMNS. deforma 1 1 (AGGR) a r a p i d t u r b i d o m e t r i c a s s a y was developed and demonstrat-1 I b i l i t y has s i m i l a r Ca*, energy ( g l y c o l y s i s ) , pH, t e m p e r a t u r e a n d ed a d i f f e r e n c e between NB and AD PMN membrane c h a r a c t e r i s t i c s . c o n t r a c t i l e p r o t e i n requirements t o t h o s e of normal Bovden cham-I

I
PMNs were s e p a r a t e d from a n t i c o a g u l a t e d venous blood of 1 3 AD c o n t r o l s and cord blood of 8 normal term NBs. With c o n s t a n t I temperature and PMN c o n c e n t r a t i o n , FHA caused r e p r o d u c i b l e AGGR of both N B and AD PMNs. The r a t e ( s l o p e ) of PMN AGGR was depend e n t on PHA c o n c e n h a t i o n . At t h e optimal PHA c o n c e n t r a t i o n ber chemotaxis. 
I t was; t h e r e f o r e , suggested t h a t t h e a s s a y might provide an important probe i n t h e s t u d y of abnormal PMN m o t i l i t y . We now r e p o r t t h e f i r s t such s t u d i e s . PMNS from s u b j e c t s w i t h recognized a b n o r m a l i t i e s of m o t i l i t y i n c l u d i n g normal neonates
i l i t y ( e l a s t i m e t r y ) . The d a t a showed: 1 ) marked h e t e r o g e n e i t y e x i s t e d among PMN p r o f i l e s o b t a i n e d from t h e v a r i o u s s u b j e c t groups; 2) a s t r o n g c o r r e l a t i o n e x i s t e d between chemotaxis and d e f o r m a b i l i t v . but none between chemokine-
I n e u t r o p h i l membrane a b n o r m a l i t i e s .
I was c o n s i s t e n t l y decreased but d e f o r m a b i l i t y normal was i n 5 pat i e n t s w i t h t h e hyper-IgE syndrome. T h i s s t r o n g l y s u g g e s t s a unique mechanism of abnormal PMN m o t i l i t y i n t h a t d i s o r d e r .
Since e l a s t i m e t r v i s a s i n e l e c e l l assav. i t l e n d s i t s e l f i d e a l l y I 
~a l t i i n o r e c i t y H o s p i t a l s , Baltimore, MD. Using a plaque forming c e l l (PFC) a s s a y system t h e e f f e c t s of c l i n i c a l l y and l a b o r a t o r y diagnosed v i r a l i l l n e s s were determine( on t h e a b i l i t y of human p e r i p h e r a l blood lymphocytes t o be stimu. l a t e d w i t h t h e mitogens phytohemagglutinin (PHA), pokeweed PWM) s t a p h y l o c o c c a l p r o t e i n A (SPA), l i p o p o l y s a c c h a r i d e (LPS) and t h e a n t i g e n s candida (C) and t e t a n u s -d i p h t h e r i a t o x o i d s (Td). I n c o t r a s t w i t h c o n t r o l s u b j e c t s who had a geometric mean 7
PFC's/ g 1 0 c e l l s , c h i l d r e n w i t h v i r a l i n f e c t i o n s had a mean o f 1188 PFC, lo6 c e l l s f o r unstimulated c u l t u r e s . PWM was found t o b e t h e most e f f e c t i v e PFC s t i m u l a n t i n c o n t r o l s u b j e c t s (geometic mean 1995 PFC/lP c e l l s ) ; however c o n c u r r e n t v i r a l i n f e c t i o n r e s u l t e d i n a reduced number (geometric mean 267 PFC/10 c e l l s ) of PWM i n , duced PFC's when compared w i t h background. Control s u b j e c t s p r o , duced no PFC's i n response t o PHA, Con A, LPS, Td, SpA o r C; how e v e r , c h i l d r e n w i t h r u b e l l a and disseminated h e r p e s i n f e c t i o n ha1 PFC's w i t h t h e s e mitogens, although a g a i n t h e a b s o l u t e numlxrs were l e s s t h a n t h e unstimulated c o n t r o l c u l t u r e s .
These r e s u l t s s u g g e s t t h a t v i r a l i n f e c t i o n produces dramatic s h i f t s of periphe r a l blood lymphocyte subpopulation composition and f u n c t i o n , reducing t h e e f f e c t o f t h e mitogens on c e l l u l a r d i f f e r e n t a t i o n . A l t e r n a t i v e l y , d i r e c t virus-B c e l l i n t e r a c t i o n may r e s u l t i n d i f f e r e n t i a t i o n t o innnunoglobulin producing c e l l s w i t h o u t a ~i t o g e n -T -B c e l l i n t e r a c t i o n . We s t u d i e d two p a t i e n t s w i t h WAS who had MTP w i t h marrow from HLA-identical s i b l i n g s . The f i r s t p a t i e n t r e c e i v e d 200 mg/kg CY o v e r 4 days (Bach e t a1 ., Lancet 1 :1364 Lancet 1 : , 1968 . We have followec t h i s p a t i e n t f o r 7 years. He has petechiae, b l e e d i n g i n j o i n t s , and severe thrombocytopenia. IgM has remained low; antibody p r o d u c t i o n t o some antigens, lymphocyte response t o mitogens and i n v i t r o B c e l l f u n c t i o n s a r e d e f e c t i v e . Growth and development lave been normal, The second p a t i e n t received c y t o s i n e a r a b i n oi d e 5 mg/kg/day x7, 6-thioquanine 4 mglkgjday x7, and CY 50 mg/ !giddy x4 p r i o r t o MTP. I n b o t h p a t i e n t s a f t e r MTP, megakaryoLytes, r e d c e l l s , n e u t r o p h i l s , macrophages, and most B c e l l s remained o f r e c i p i e n t type w h i l e most T c e l l s were o f donor type The second p a t i e n t was r e t r a n s p l a n t e d a f t e r r e p a r a t i o n w i t h anti-lymphocyte g l o b u l i n , 2 ml I V d a i l y x4, ProcarbazTne, 12.5 g/kg/day x 3, and 800 R t o t a l body i r r a d i a t i o n . N i n e t y da s :fter t h e 2nd t r a n s p l a n t , a l l nucleated marrow and b l o o d c e j l s , i n c l u d i n g 3 and T c e l l s were of donor type; WBC 12,500, p l a t e l e t 132,000/1mn , hemoglobin 9.8 gms % and r e t i c u l o c y t e s 3.5%. No g r a f t -v e r s u s -h o s t disease was observed. We conclude t h a t i n narrow t r a n s p l a n t a t i o n f o r WAS, 200 mg/kg CY may be inadequate p r e p a r a t i o n . I n WAS, T c e l l s may more r e a d i l y be e n g r a f t e d than 3 t h e r b l o o d c e l l s . Supported by USPHS GCRC #MO-1 -R00749-05.
